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Fetal extraperitoneal rectal perforation is a very rare
condition, but prompt diagnosis and appropriate treatment
produce overall good outcome. Its etiology and
pathophysiology are poorly understood. Only 16 cases
have been reported worldwide. We report another case of
fetal extraperitoneal rectal perforation managed by us. Ann
Pediatr Surg 13:104–106 c 2017 Annals of Pediatric
Surgery.
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Introduction
Fetal extraperitoneal rectal perforation (FERP) is very
rare, but it presents with a classical clinical appearance,
with all babies having an immediately recognizable
abnormality at birth [1]. It typically presents in neonates
with a gas-filled or meconium-filled perineal or buttock
swelling, leading to a risk of skin rupture, intraperitoneal
perforation, and systemic sepsis [2]. Early diagnosis and
referral is the only variable on which the prognosis and
survival depends [1–9]. Only 16 cases have been reported
of this rare entity previously [1–9]. If treated timely, this
disease is associated with good prognosis and normal
function.
Case report
A 2.1-kg full-term boy born by Cesarean section was
admitted to the neonatal intensive care unit with gradual
progressive abdominal distension along with increasing
scrotal swelling since birth. He had not passed meconium
since birth. He did not have any history of rectal washes
or rectal instrumentation. On examination, he had
very feeble pulses with delayed capillary refill time
and sclerema over both lower limbs. Both buttocks
had fluctuant swellings with skin discoloration (Fig. 1).
Systemic examination showed mild abdominal distension
with absent bowel sounds. On local examination, right
scrotal swelling was present, testis was not palpable
separately, and fluctuation was present but the skin over
the scrotum was normal (Fig. 1). The left testis was
normal. Aspirate from the scrotum revealed meconium,
vernix, and lanugo. Anal opening was normal. Fecal
staining was seen on inserting a 10 Fr infant feeding tube
per rectum. Nasogastric aspirate was bilious in nature.
Erect abdominal radiograph did not show any gas under
the diaphragm; however, gas was seen lining the scrotal
walls (Fig. 2). Abdominal ultrasound was normal. Scrotal
ultrasonography revealed heterogeneous mixed echogenic
collection in both tunica and extending to both inguinal
canals bilaterally (Fig. 3). Perineal ultrasonography was
also suggestive of the presence of echogenic contents.
Exploratory laparotomy revealed a posterolateral extra-
peritoneal rectal perforation below peritoneal reflection.
A diverting divided sigmoid colostomy along with
drainage of bilateral gluteal abscess was done. The
patient tolerated the procedure well and was kept on
broad spectrum antibiotics. Colostomy was functional on
postoperative day 2, and the neonate was started on
feeds. The feeds were increased gradually and the patient
was discharged on the seventh postoperative day. The
patient awaits a distal loopogram, based on which further
course will be decided.
Discussion
Previously reported cases have demonstrated the whole
spectrum of FERP [1–9]. The extravasated meconium
and air can go in any direction. If it goes anteriorly it can
present as rectourethral fistula [10]. If it goes posteriorly,
it may present in the form of a neuroenteric fistula or
sinus [11]. If it goes in the infralevator direction, it
presents in the form of scrotal and buttock swelling and
perineal sepsis [1–9]. If it goes superiorly, it can present
in the form of neonatal peritonitis [1].
The presentation depends upon the direction of the
spread of meconium [1–9]. Most commonly, it resents as
a buttock, perineal, or scrotal mass with or without
fistulization [1–9]. The buttock mass can be left sided,
right sided, or midline posteriorly [1,3,8]. In the series of
Pitcher et al. [1], two cases of FERP with swelling in the
posterior midline were referred as meningomyelocoele
and sacrococcygeal teratoma. It was also observed that
intraperitoneal extension was more frequently associated
with severe sepsis and difficult postoperative course [1].
The swelling can be soft cystic to firm induration [1,3]. It
can resent as frank fistulization, skin discoloration, or
aplasia cutis [1–9].
Several theories are advocated for explaining FERP
embryologically [1,2,9]. One theory states that the
perforation may occur because of a late ischemic
event [1]. This is based on the fact that the perforation
site in many cases was situated at the region of the
watershed line between the supply of middle and inferior
rectal arteries. This theory is refuted by the fact that
there is a good transmural blood supply of the
rectum [1,9].
Another theory states that FERP may be caused by
forceful peristalsis against a distal obstruction [1,9]. The
presence of huge postnatal swellings filled with meco-
nium and air were thought to be in agreement with this
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hypothesis. However, distal obstruction could not be
demonstrated in any of the previous studies [1–9].
Furthermore, there was an FERP demonstrated in a child
with duodenal atresia, which precludes above theories [9].
In case of proximal atresia, it is unlikely that intestinal
transit would have generated enough pressure to cause
rectal perforation.
Another theory, proposed by Davies et al. [2], involves
herniation of the supra-levator rectum via a pelvic floor
defect. This may lead to localized ischemic insult and
perforation, similar to that seen in Richters hernia [1,2,9].
Buttock swelling from a perineal hernia through a levator
ani defect has been reported previously [12]. There have
also been similar presentations due to rupture of rectal
diverticular duplications [6].
Apart from the embryological causes, rectal perforation
has been also reported because of rectal thermometers or
probes and also because of amniocentesis [13].
Many previous cases are an evidence that the preceding
event is a late ischemic one [1–9]. In most of the cases,
perineal swelling was apparent within few hours of
birth [3]. In a case of Pitcher et al. [1], the patient even
had aplasia cutis, suggesting skin perforation in the
buttock region antenatally.
Investigations recommended depend upon the presenta-
tion [1–9]. Most of the clinicians will be encountering this
rare entity for the first time. Thus, diagnosing this entity
purely on clinical grounds may be difficult [3]. Initial
diagnostic imaging modalities recommended are an ultra-
sound of the perineum, pelvis, and abdomen, and a
contrast study of the rectum [3]. The typical findings on
ultrasound are of a cavity containing echogenic material
Fig. 1
Scrotal and buttock swelling skin discoloration.
Fig. 2
Erect radiograph showing gas in the scrotum.
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with anterior displacement of the rectum and compression
of the bladder [1,3]. Aspiration of the material from
perineal swelling may show the presence of lanugo, verni,
and meconium. The contrast enema may or may not show
a perforation depending on whether the perforation has
had time to heal over by the time of birth [1–9]. It also
depends upon the size of the rectal perforation. In cases
with neuroenteric fistulization, MRI may be required [11].
Treatment usually involves initial resuscitation and high-
er antibiotics [1–9]. Because of the rarity, late diagnosis
and late referrals are common. The patients are usually in
sepsis. After proper resuscitation, exploratory laparotomy
with fecal diversion in the form of a sigmoid colostomy
and perineal drainage is recommended [1–9]. In case of
peritoneal extension, proper peritoneal toilet is advo-
cated. In cases of neuroenteric fistulae, a laminectomy
and debridement are recommended [9,11]. The perineal
sepsis usually resolves promptly without apparent damage
to the anal canal or sphincteric mechanism [1–9].
A follow-up distal loopogram to rule out distal obstruction
and fistulization is recommended. If normal, closure of
the fecal diversion is done [1–9]. Most of the cases
reported previously had no problems related to distal
obstruction and continence. The survival for this entity is
good with achievement of normal function if the
diagnosis is made timely.
Conclusion
Antenatal perforation of the rectum is a rare entity, and
most clinicians encountering this condition will be doing
so for the first time. The timing of presentation is usually
within hours of birth. Given that delay in diagnosis is
associated with increased morbidity such as generalized
peritonitis, it is essential that diagnosis is immediate to
expedite transfer to a surgical center.
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Fig. 3
Ultrasound images showing echogenic contents in both tunica (right > left).
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